Introduction {#sec1-1}
============

The jaw-winking phenomenon was initially described by Marcus Gunn in 1883.\[[@ref1]\] This form of congenital blepharoptosis results from an anomalous connection between the motor branches of the fifth cranial nerve and the ipsilateral superior division of the third cranial nerve. The "jaw-winking" synkinesis involves the external pterygoid muscle, which moves the jaw toward the opposite side, and the ipsilateral levator palpebrae superioris muscle.\[[@ref2]\] Marcus Gunn jaw-winking syndrome (MGJWS) is recognized as a form of congenital cranial dysinnervation disorders (CCDDs),\[[@ref3][@ref4]\] a spectrum of nonprogressive conditions that result from developmental deficits of one or more cranial nerves or nuclei with primary or secondary muscle dysinnervation.

Morning glory disc anomaly (MGDA), first described by Kindler in 1970,\[[@ref5]\] is a congenital optic disc anomaly of unknown etiology characterized by the enlargement and conical excavation of the optic disc, central tuft of glial tissue, peripapillary pigmentation and subretinal fibrosis, and spoke-like pattern of retinal vessels emerging from the disc margin.\[[@ref6]\]

In the current study, we report a novel case of MGJWS associated with MGDA in the same eye.

Case Report {#sec1-2}
===========

A 7-year-old boy with MGJWS in the left eye was examined at King Khaled Eye Specialist Hospital, Riyadh, Saudi Arabia. Physical examination of the patient and evaluation of medical history, basic laboratory tests (including complete blood count, renal function test, liver function test) revealed no abnormalities. Magnetic resonance imaging of the brain and orbits was performed, and the results were normal.

Further, external examination of the eyes revealed a severely ptotic left upper eyelid, covering part of the visual axis, which elevated on opening the mouth and moving the jaw to the opposite (right) side \[[Figure 1](#F1){ref-type="fig"}\]. The excursion distance of the ptotic left upper eyelid with the synkinetic jaw movements was 6 mm (mm). The best-corrected visual acuity was 20/25 in the right eye and was limited to counting fingers (CF) in the left eye. Further, the patient fixed his vision with only the right eye, and cycloplegic refraction revealed +4.00 sphere in the right eye and −2.00 −1.50 ×085 in the left eye. Extraocular motility was normal in the right eye and the limitation of supraduction in all directions of gaze was noted in the left eye. The Krimsky test revealed a left esotropia of 50 prism diopters (PD) and a left hypotropia of 45 PD. Anterior segment examination was normal in both eyes. Dilated fundus examination showed a flat retina with healthy macula and optic disc in the right eye and MGDA in the left eye with the typical enlargement and central tuft of glial tissue, peripapillary pigmentation, and straightened vessels emerging from the peripheral nerve in a radial pattern \[[Figure 2](#F2){ref-type="fig"}\].

![External photos of the patient. (a) Ptosis of the left upper eyelid. (b) Elevation of the ptotic eyelid with mouth opening, esotropia and hypotropia in the left eye](MEAJO-26-37-g001){#F1}

![Fundus photos of both eyes. (a) Healthy retina and optic disc in the right eye. (b) Morning glory disc anomaly in the left eye](MEAJO-26-37-g002){#F2}

Part-time occlusion was tried since he was 4 years old and for 2 continuous years, but the vision in the left eye did not improve. He also received two botulinum toxin (BOTOX^®^) injections, into both medial recti, at the age of 3 and 5 years, but no improvement was noted in the esotropia.

Discussion {#sec1-3}
==========

MGJWS represents approximately 8.5% of all congenital blepharoptosis cases\[[@ref7]\] and is usually unilateral and isolated. Bilateral cases\[[@ref8][@ref9]\] and ocular and systemic associations have also been reported in the literature.\[[@ref9]\] The jaw-winking phenomenon can occur in the absence of blepharoptosis in approximately 5.6% of MGJWS cases.\[[@ref7]\] The most common ocular associations are amblyopia (59%), strabismus (48%), including monocular elevation deficiency and superior rectus muscle palsy, and anisometropia (25%).\[[@ref10]\] MGJWS was also linked to Duane retraction syndrome (DRS) and other forms of CCDDs.\[[@ref3][@ref4]\] Systemic anomalies such as CHARGE syndrome have been observed with MGJWS.\[[@ref9]\]

The prevalence of MGDA is 2.6/100,000,\[[@ref11]\] and children with MGDA often present with strabismus and leukocoria. Vision is usually poor ranging from 20/200 to CF; however, cases with 20/20 vision and no light perception have been reported.\[[@ref11][@ref12]\] MGDA is usually unilateral and isolated, but bilateral cases and ocular and systemic associations have been reported.\[[@ref6][@ref11]\] Approximately one-third of MGDA cases are associated with the nonrhegmatogenous retinal detachment that usually occurs during the first and the second decades of life\[[@ref12]\] and coexistence of MGDA with DRS has been mentioned in a few reports.\[[@ref5][@ref6]\] Most systemic associations of MGDA are related to craniofacial and intracranial pathologies such as basal encephalocele, hypoplasia of the cerebral arteries, PHACE syndrome, hypertelorism, agenesis of the corpus callosum, and neurofibromatosis type 2.\[[@ref6][@ref11][@ref12]\] It is critical to differentiate MGDA from optic nerve coloboma because these two entities have different systemic associations.\[[@ref6]\]

The patient in our report had anisometropia, esotropia, and monocular elevation deficiency in the left eye which is known to be associated with MGJWS, a form of CCDDs; however, no previous report has shown an association between MGJWS and MGDA as observed in our patient. Both MGJWS and MGDA were reported in the literature to be associated with DRS, a form of CCDDs.\[[@ref4][@ref5][@ref6]\] Observations from the current report add to the current knowledge and may provide insights into understanding the pathogenesis of MGJWS and MGDA for future studies.
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